increasing giant axonal changes and progressive loss of nerve fibres. A detailed analysis of axonal cytoskeletal abnormalities in this patient is contained in a separate publication. '3 Case report An Iranian boy developed progressive limb weakness, ataxia and tremor starting at 5 years of age. His parents, who are first cousins, and his older sister, are normal. Birth and early development had been normal; he had walked at 12 months. Examination at 8 years of age revealed tightly curled crinkly hair, body weight at the 10th centile and height under the 3rd centile for age. The gait and limbs were ataxic, nystagmus was present, the limbs were areflexic and weak distally without muscle wasting, and joint position and vibration sensation was grossly impaired. Further neurological deterioration was evident by age 9 and distal limb muscle wasting had developed.
At age 8 demyelination, giant axonal change and spheroid formation, astrocytic gliosis and, particularly common in the brainstem and cerebellar white matter, copious Rosenthal fibres. 
